Introduction
Perivascular epithelioid cell tumours (PEComas) are a large family of neoplasms which include angiomyolipoma (AML), lymphangiomyomatosis (LAM), amongst others and are distinctive by their perivascular epithelioid cells. Epithelioid angiomyolipoma (EAML) is a rare variant of AML tumours in the kidney with a mean age of diagnosis being 38 years. 1 Only a few cases of EAML have been diagnosed in children and the youngest reported in the literature was a four-year-old girl with a tuberous sclerosis (TS). 2 In this paper, we present a case of a 30 month old male with EAML and idiopathic chylothorax, the youngest case reported to our knowledge date in the literature.
Case report
The 30 month old male complained of a dry cough for ten days, shortness of breath and intermittent fever of 38.5⁰. He had no history of TS or any other medical condition and his psychomotor development, weight and height were normal. Decreased respiratory sounds were auscultated in both lung fields, with rales and crackles across the base of the left lung. A soft mass was palpable in the upper right abdominal quadrant. Chest x-ray (CXR) showed pleural effusion around the lungs, mostly in the right lung space. Chest computed tomography (CT) showed free pleural effusion, without lymph node enlargements or any abnormal alterations in the lung tissue ( Fig. 1 ). Abdominal ultrasonography detected a retroperitoneum, hyperechoic lesion. Abdominal CT disclosed a nodular mass which surrounded the aorta and vena cava. The mass was also anterior to the vertebrae, extending from the left kidney to the right kidney. Furthermore, the mass partially replaced some of left renal parenchyma and pushed the right kidney laterally ( Fig. 1 ). Bone marrow aspiration and biopsy, brain MRI, echocardiogram, and ophthalmoscopy were normal. Thoracentesis yielded a milky, lipemic fluid and the analysis showed elevated triglycerides with a high lymphocyte count. The ratio of fluid to serum for cholesterol was less than 1 and more than 1 for triglyceride which is typical for chylous fluid. Cytological examination was negative for malignant cells and tuberculosis bacillus. A medium-chain triglycerides diet was indicated with intravenous octreotide and a repeated thoracentesis. As metastases were negative in the work-up, an open surgery approach was adopted. In surgery, a solid tumour was found arising from the right kidney hilum. It protruded the renal parenchyma, extended through the right renal capsule, the mesentery, ascending colon, aorta and inferior vena cava and it pushed the left kidney laterally without protruding its capsule. The mass was very large, approximately 9 � 6 � 6 cm in size. The tumour was successfully dissected from the great vessels as the mass did not invade their walls (Fig. 2 ). Following this, the patient underwent right radical nephrectomy as it was adjacent with the mass. The resection of the tumour required removing the affected mesentery, and ascending colon. Finally, an anastomosis between the Ileum and transverse colon was conducted and consequently the entire tumour was successfully removed.
Pathological assessment demonstrated a mass arising from the right renal helium (Fig. 3) , adjacent to the mesentery, and an ascending colon without signs of invasions. Histopathological findings detected giant mature polygonal epithelioid cells admixed with smooth muscle cells, scarce fat cells and vessels which is a picture typical of EAML. Although EAML is usually unpredictable in its behavior and can be considered malignant in some cases, it was considered benign in this case as there was no evidence of invasion or metastases. Octreotide was administered following diagnosis for four weeks until the chylothorax was no longer evident in the CXRs. This was followed for the next six months by weekly CXRs which remained normal. After six months, the patient had no dyspnea or a palpable mass. Furthermore, chest CXRs and abdominal and thoracic CT were all normal with no sign of relapse.
Discussion
AML is usually asymptomatic and discovered in TS follow-up, and when symptomatic pain usually being the primary reported symptom. . In CT scan, the paucity of adipose tissue renders EAML asresembling a renal cell carcinoma 3 and distinguishable from classic AML. 4 The patient reported in this paper however, did not meet the diagnostic criteria for TS 5 and only developed EAML.
No genetic test was conducted. LAM, one of the major features of TS, 5 was excluded in this case as the chylothorax was not in the typical form of LAM, the lungs parenchyma in the CT scan were normal and the patient did not have the typical LAM presentation as his age and gender made the LAM diagnosis highly unlikely. The patient did not report any previous trauma or surgery prior to this surgical removal of this tumour, and as such no history could explain the chylothorax. Therefore, it was assessed as an idiopathic chylothorax and managed with a special diet and octreotide, and the chylothorax subsided in the following 4 weeks.
In conclusion, as EAML has a very strong correlation with TS, even stronger than classic AML, we could not assess with certainty whether the patient had TS, at least not at the present time as he may develop more features in the future. However, the young age of presentation and the accompanying idiopathic chylothorax with octreotide treatment made this case highly unusual and to our knowledge the first of its kind reported in the literature.
